Among the inborn errors of thyroid hormonogenesis there is a group whose main characteristic is a failure of binding of iodine to the tyrosil residues of thyroglobulin (Stanbury 1972) . This organification defect might theoretically be caused by a number of mechanisms which are related to the four major components of the iodinadon process: a) thyroid peroxidase, b) preformed thyroglubulin, c) H2O2, and d) iodide. Since normal organification of iodine takes place at the cell-colloid interface, through a peculiar subcellular mechanism that involves a "rendezvous" between peroxidase, thyroglobulin, H2O2, and iodide (DeGroot & Niepomniszcze 1977) , it is possible that another cause of organification defect, the so-called cytostructural defect , would be lo¬ cated at the subcellular level of iodination. Re¬ cently, it was postulated that the thyroidal failure of Pendred's syndrome would be due to this mecha¬ nism (Niepomniszcze et al. 1978) . Most of the patients with organification block have been shown to have peroxidase defects (Niepomniszcze 1977) . A qualitative enzyme failure, the apoenzyme-prosthetic group defect, was described by Niepom¬ niszcze et al. (1972, 1975) . A probable quantitative defect, in which there are cases with an almost complete absence of peroxidase (Niepomniszcze et al. 1973; Valenta et al. 1973; Pommier et al. 1976) or very low levels of an apparently normal enzyme have also been described (Niepomniszcze et al. 1975 . Moreover, a patient whose peroxidase was inactive in crude preparatiorjs, but normal after true solubilization, was studied by Pommier et al. (1974) . Other cases, with impaired organifica¬ tion of iodine, were reported as having abnormal thyroglobulin (Kusakabe 1972 (Kusakabe , 1973 ). The effects of haematin on the enzyme activity were studied as indi¬ cated in an earlier report (Niepomniszcze et al. 1975) .
Paniculate fractions of both, congenital goitre and hog thyroids, were incubated with lactoperoxidase to search lor inhibitors. These enzyme activities were measured by the tyrosine-iodinase assay.
Other assays NADPH-cytochrome c reductase in the thyroid tissues was assayed as described (Niepomniszcze et al. 1973 Thyroid peroxidase studies Crude preparations of congenital goitre showed negligible peroxidase activity in the tyrosine-iodi¬ nase assay (Fig. 1) (Fig. 3) .
The value of 47 000 agreed with those reported by Ljunggren & Âkeson (1968) , and by Yip (1966) , although they are considerably different from the values obtained by other investigators (Taurog et al. 1970; Pommier et al. 1972 ). (Niepomniszcze 1976 (Niepomniszcze et al. 1975 ). Since haematin was unable to restore iodinating activity of goitre peroxidase of patient R. A., it is possible to rule out an "apoenzyme-prosthetic group defect" (Stanbury 1972) . We think that a genetic mutation producing an altered amino acid se¬ quence at the site of apoenzyme, in which tvrosine can bind as a substrate, may explain the congenital defect of our patient R.A. We suggest the term "thyroid peroxidase-iodinase defect" for defining this newlv found inborn error.
